Introduction:
Empty sella syndrome (ESS) is a condition in which the pituitary gland shrinks or becomes flattened. It is a radiological finding where spinal fluid is found within the space created for the pituitary that is sella turcica which in Latin means "Turkish saddle.", a bony structure at the base of the brain that surrounds and protects the pituitary gland ( figure 1 ). This condition that is often discovered during tests for pituitary disorders, when radiological imaging of the pituitary gland reveals a sella turcica that appears to be empty. Empty Sella Syndrome is a rare disorder that rarely affects males. It usually affects overweight middle-aged women, but in very rare cases it may be found in children 1 .
This condition is classified into two verities, primary and secondary empty sella syndrome. Primary ESS, a rare inherited disorder of the brain that is transmitted as an autosomal dominant trait, can develop as a consequence of a primary congenital weakness of the diaphragm in a patient with no evident secondary cause. Here a small anatomical defect above the pituitary gland increases pressure in the sella turcica and causes the gland to flatten out along the interior walls of the sella turcica cavity. Symptoms and findings may include unusual facial features, a highly-arched palate, moderate short stature, increased bone density (osteosclerosis), and normal pituitary function. Primary ESS is associated with obesity and high blood pressure in women. Up to 50% of patients with primary empty sella syndrome have associated benign intracranial hypertension 2 .
Individuals with secondary ESS due to destruction of the pituitary gland may have symptoms that reflect the loss of pituitary functions, such as the ceasing of menstrual periods, infertility, fatigue, and intolerance to stress and infection 3 . In children, ESS may be associated with early onset of puberty, growth hormone deficiency, pituitary tumors, or pituitary gland dysfunction. Some cases are of idiopathic variety. In the idiopathic form of the disease, the exact cause in not known. This form of the disorder affects mostly obese, middle-aged women.
Generally, in this syndrome, pituitary function is normal, but a number of patients may have headaches, visual disturbance, allergic rhinitis, low sex drive, obesity, hair loss, mild hyperprolactinemia, galactorrhea, erectile dysfunction and irregular menses. In most cases, the pituitary functions normally as evidenced by normal thyroid functions, normal tests of adrenal function, normal somatomedin-C levels, and regular menses. However, if greater than 90% of pituitary tissue is compressed or atrophied, pituitary failure occurs 3 . Hypopituitarsim is manifested by diminished or absent secretion of one or more pituitary hormones. The development of signs and symptoms is often slow and insidious, depending on the rate of onset and magnitutte of hypothalamic-pituitary damage 4 . ACTH deficiency causes adrenocrtical deficiency and its clinical features resemble those of primary adrenal failure. Because of its gradual onset, symptoms of secondary adrenal insufficiency may go undetected for prolonged period, becoming manifested only during periods of stress 5 . Hypogonadism is manifested by amenorrhoea in women with hypopituitarism 6 .
Case report:
Mrs. X, 50-year-old diabetic woman, hailing from Chittagong, got admitted in BIRDEM on 02/01/11 with the complaints of recurrent vomiting occurring 3-4 times in a day, anorexia, loose motion for several times, lethargy and profound generalized weakness for last 10days. On query, she gave no history of unconsciousness or syncope. In 2010, she suffered from of repeated electrolyte imbalance and after investigations she was diagnosed as a case of adrenal insufficiency. Thereafter, she was put on steroid which she took irregularly and totally discontinued for last 3 months before this episode of illness.
She had her menarche at 12 years of age. She had two children. Her obstetrics and lactation history was uneventful. She had her menopause at 39 year of age and then no investigation was carried out for her premature menopause. There was no family history of diabetes mellitus, hypertension, adrenal or other autoimmune diseases. After considering all the clinical parameters and investigation reports we concluded that this prematurely postmenopausal woman had been suffering from panhypopituitarism due to Empty sella Syndrome with diabetes mellitus and dyslipidemia. A thorough counseling was done with the patient about her diagnosis, treatment option, follow up plans and sick days instructions and management. Feedback of the education was taken from her. Gradually oral steriod, then thyroxin were started. The patient was discharged successfully with a follow up plan after one month with the reports of serum electrolytes and FT 4 .
Discussion:
For reasons unclear, empty sella occur predominantly in obese adult women, many of whom have hypertension and diabetes. Conditions that may suggest empty sella syndrome are hypertension, hypogonadism, hyperprolactinemia, adrenal insufficiency, low DHEA level, hypothyroidism, low estrogen level, hypertriglyceridemia 3 . Differential diagnoses of Empty Sella Syndrome are Achard-Thiers Syndrome, Craniopharingiomas, Meningiomas, Optic Glioma, etc. Achard-Thiers Syndrome is characterized by diabetes, virilization in post-menopausal women 7 . Ruptured intrasellar epithelial cyst may also lead to development of empty sellar syndrome 8 . MRI scans are useful in evaluating ESS and differentiating it from other disorders that produce an enlarged sella 9 . With sensitive MRI techniques for pituitary visualization, several anatomic features characteristics of hypopituitarism become apparent. Evidence for acquired pituitary gland damage or destruction is clearly visible on MRI and patients presenting with hypopituitarism of undetermined etiology can exhibit decreased gland volume, partial or complete empty sella 10 . Unless the syndrome results in other medical problems, treatment for endocrine dysfunction associated with pituitary malfunction is symptomatic and supportive. There is no specific treatment for primary empty sella syndrome if pituitary function is normal. Individual hormone replacement may be required when the pituitary gland is failing to control the output of other endocrine glands. These hormones include thyroid hormones, cortisol, DHEA and human growth hormone. Bromocriptine may be prescribed if the prolactin levels are high and interfering with function of the ovaries or testes. Treatment for secondary empty sella syndrome involves replacing the hormones that are lacking. In some cases, surgery may be need. Complications of primary empty sella syndrome include mild hyperprolactinemia. Complications of secondary empty sella syndrome are related to the cause or to the effects of too little pituitary hormone Evaluation of female reproductive function depends upon a detailed history of menses. Approximately 90% of women experience menopause at a mean age of 51.2 years of age. The remainder experience menopause prior to age of 46 years which is often termed as early menopause. With 1 % women experience menopause before 40 year age which is termed as premature menopause 11 . Cessation of menstrual periods in women is one of the presentations of panhypopituitarism 12 . Dysfunction due to gonadotropins deficiency due to hypopituitarism is established by the constellation of abnormal mens or amenorrhoea with no elevated LH and FSH in women 13 .
In our case, this middle age women with normal BMI, was suffering from panhypopituitarism due to empty sella syndrome, diabetes mellitus, dyslipidemia. Her prolactin level was normal. No causes of secondary ESS could be identified for this patient from clinical history, investigation reports or medical records review. She had premature menopause at the age of 39 years but no evaluation was done to find out reason behind it until this admission and the case ended up with the diagnosis of panhypopituitarism . This case gives insight that early menopause warrants proper evaluation and during evaluation, along with other factors, panhypopituitarism should be considered as an etiology for such condition.
